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Abstract The megalourethra is a rare congenital anomaly of the penile urethra. It is 
characterized by the congenital absence of the corpus spongiosum and/or corpus 
cavernosum. It is especially common associated with Prune-Belly syndrome, and 
with upper tract abnormalities. We present a 2 weeks old boy with congenital 
megalourethra because of its association with the Prune-Belly syndrome. 
Key words Congenital urethral abnormalities; megalourethra; mesoderm; Prune-Belly 
syndrome; urethroplasty.                                                      Copyright © 2015 pediatricurologycasereports.com.  
 
Corresponding Author 
 Lawal Barau Abdullahi, M.D.  
Pediatric surgery unit, Department of surgery Aminu 
Kano Teaching Hospital, Nigeria 
E mail: a.lawalbarau@yahoo.com 
The paper was earlier presented at the association of 
pediatric surgeons of Nigeria annual general meeting 
and scientific conference, between 25th to 26th 
September 2014. 
Accepted for publication:  2 February 2015 
 
 
 
INTRODUCTION  
Megalourethra is a rare congenital anomaly 
of the anterior urethra and Nesbitt in 1955 
first defined it as "a congenital dilatation of 
penile urethra without distal obstruction" 
1,2. It is characterized by the congenital 
absence of the corpus spongiosum and/or 
corpus cavernosum 2,3. Less than 100 
cases have been reported in the English 
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literature until now 1,4,5. In 1962 
Dorairajan has been classified congenital 
megalourethra into two types, scaphoid and 
fusiform-according to urethrography 
findings 3. However, it is now clear that 
patients can have intermediate forms and 
some authors consider megalourethra as a 
spectrum of disease 1,6,7.  Additionally, 
the specific embryological cause of the 
congenital megalourethra has yet to be 
defined. It is especially common in 
association with the Prune-Belly syndrome, 
the VACTER syndrome, and with upper 
tract abnormalities 1,8-10. We report a 
case of congenital fusiform megalourethra 
because of its association with a Prune-Belly 
syndrome. 
 
CASE REPORT 
 
A 2 weeks old boy the third child in the 
family was referred from a peripheral 
hospital. The patient presented with penile 
swelling and difficulty in passing urine. He 
had mild grade intermittent fever. On 
examination, he was noted to be febrile 
(37.8 C), his weight was 3.2 kg; he had a 
hypoplastic anterior abdominal wall with a 
dilated penile shaft covered by normal skin 
and bilateral nonpalpable testicles (Fig. 1). 
An assessment of Prune Belly syndrome in 
association with congenital megalourethra 
was made. Abdominal ultrasonography 
(USG) showed bilateral hydronephrosis.   
 
Fig. 1. Dilated penile shaft. 
 
Intravenous urogram (IVU) showed bilateral 
hydrureteronephrosis with dilated calyces. 
Serum urea and electrolytes was normal. 
Parenteral antibiotic was commenced and 
the patient was prepared for surgery. The 
intraoperative findings were those of dilated 
penile urethra 4cm in diameter, hypoplastic 
corporal tissue and bilateral undescended 
testis. A longitudinal incision was made over 
the dilated urethra and the excess urethral 
tissue excised. The urethra was closed over a 
size 8 urethral catheter as a stent and the 
skin closed using vicryl 4/0 like the original 
Nesbitt repair. The catheter was left for 10 
days, after  which  the catheter was removed  
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and the patient voided well from his neo-
urethra. He did well, and was discharged 
home 15 days after surgery. Follow up after 
4 month showed satisfactory wound healing 
with no meatal stenosis or any difficulty 
passing urine (Fig. 2).  
 
Fig. 2. Postoperative  appearance of the 
penis. 
 
DISCUSSION 
 
The embryological cause of megalourethra 
is not fully understood. The erectile tissues 
of the corpora cavernosa and corpus 
spongiosum arise from differentiation of 
mesodermal columns in the urethral folds 
1.   It is proposed that a defect in the 
migration, differentiation, or development of 
the mesenchymal tissues of the phallus 
results in megalourethra (frequent 
association with Prune-Belly syndrome) 
4,10. Stephens et al. 11 suggested that 
delayed or deficient canalization of the 
glandular urethra results in transient urethral 
obstruction. Additionally, the severity of 
anomaly is related to the duration of the 
obstruction, with fusiform megalourethra 
affected more delayed canalization. There is 
a stasis of urine caused by functional 
obstruction due to the poor development of 
the corpus spongiosum especially in patients 
with scaphoid type megalourethra 11,12.  
Age of diagnosis of megalourethra may 
change between 16 weeks gestation and 24-
years-old 5,10. Prenatal diagnosis of 
megalourethra is also possible and 
approximately 10 congenital megalourethra 
is diagnosed in neonatal period or early 
infancy. Sepulveda et al. [13] in 2005 
described a series of four cases discovered 
between 20 and 24 weeks. They suggested 
that congenital megalourethra is associated 
with poor perinatal outcome. Termination of 
pregnancy may be advised in cases with 
other severe congenital anomalies and renal 
dysfunction [5]. 
Urethral anomalies such as urethral atresia, a 
web, duplication, and a diverticulum that 
affect the anterior urethra are considered in 
the differential diagnosis of megalourethra 
[14]. Additionally, some authors reported 
that megalourethra and diverticula have to 
be considered as a single malformation with 
a spectrum of presentations [15]. However, 
Apel et al. [16] suggested that congenital 
urethral diverticula are different from 
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megalourethra, because they have narrow 
orifices and cause obstruction by luminal 
compression upon filling, whereas the 
megalourethra never presents a true distal 
anatomic obstruction.  
In approximately 85% of the reported 
megalourethra cases, coexisting congenital 
anomalies have been defined. Jones et al. 
[4], in an evaluation study identified 
associated anomalies in 66 of 78 reported 
cases of megalourethra. The most commonly 
associated genitourinary anomalies appeared 
within the spectrum of prune belly 
syndrome, although megalourethra has been 
associated with renal dysplasia/ hypoplasia, 
hydronephrosis, hydroureter, posterior 
urethral valves, urethral duplication, 
vesicoureteral reflux, megacystis, 
undescended testis, hypospadias and 
anorectal malformation [7]. 
The severity of associated anomalies tends 
to be greater with fusiform type and, 
associated anomalies were observed in 80% 
of scaphoid type and 100% of fusiform type 
[4]. Other system abnormalities associated 
with megalourethra have been identified as 
VATER (vertebral, anal atresia, trachea-
esophageal fistula, and renal anomalies) and 
VACTERL (vertebral, anal atresia, cardiac, 
trachea-esophageal fistula, renal, and limb 
deformities) [14]. 
The scaphoid type of megalourethra can be 
treated by performing a longitudinal 
reduction urethroplasty described by Nesbitt 
[2] or a technique of urethral plication 
described by Heaton et al. [17]. The 
management of fusiform variant is 
technically challenging for the surgeon 
because of major phallic reconstruction [4].  
However, there have been reports of phallic 
reconstruction with satisfactory cosmetic 
and functional outcome [18]. These patients 
are followed for long-term with regard to the 
erectile function and fertility potential [14]. 
As a result, megalourethra is a rare and 
surgically treatable anomaly of the anterior 
urethra, as in our case. The prognosis is 
generally dependent on the type of the 
anomaly. Early diagnosis and management 
affords a long lasting cure to the patients. In 
view of associated anomalies, the workup of 
megalourethra should include renal function 
tests and imaging of upper and lower urinary 
tracts. Then, the status of upper urinary tract 
will determine the ultimate outcome and the 
quality of life.  
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